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Anuagemnonorus naTonaorum aopTbl

3aboJreBaHMSI A0PTHI IPEACTABICHBI IITUPOKUM CITCKT-
pOM TIPMOOPETCHHBIX W HACICICTBEHHBIX COCTOSHUM
pas3nmuuHEIX ee oTaenos [1, 2]. I1aToorus aopThl BXOIUT
B JOBAAIATKy B CIIMCKE BEOYIINX IMPWYMH CMEPTEIbHBIX
ncxonos [3].

3HAUYNTENBHBIN BKJIAI B CTPYKTYPY HaTOJIOTH a0PTHI
BHOCST paclIpeHNEe, aHEBPU3MEBI, Pa3phIBBI U Paccioe-
HUS cocyna. BEIIENSIoT pacimpeHns TpyaHOTO (KOPHS,
BOCXOISIIIETO €€ OTmejia, AyTH) W OPIONIHOTO OTHEJIOB
aoptel [2]. 3abojeBaeMOCTb aHEBpM3MaMH TPYIHOMU
aopThl cocTaBisgeT puomsuTeabHo 10,4 Ha 100000 verr.
B roxn [4]. Ciay4am paccCliOeHUN T'pyTHOM aOpTHI MMEIOT
IIOCTOSTHHYIO TEHIOCHINIO K pocTy. HMccaemoBaHus
LeMaire SA, Russell L (2011) ycranoBuIn, 9T0 paccioe-
HHe TPYIHOM aOPTHI BcTpeuaeTcs B 3-4 ciaygaes Ha 100000
YeJ0BCK B TOH M aCCOIMMPOBAHO C BBICOKMM PHCKOM
cmepta [5]. CormacHO MMEIOIIMMCS B JIMTEpaType JaH-
HBIM pacClIOEHHE M pa3pbiB aOpThl COCTAaBISIOT 1-2%
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CJIyyaeB BCEX CMEPTEi B IMPOMBIIUIEHHO Pa3BUTHIX CTpa-
Hax [6]. I[IpoekT Global Burden Disease (2010) mpone-
MOHCTPHUPOBAJI, YTO CMEPTHOCTb OT aHEBPU3M U PACCIO-
eHuit aopThl ¢ 1999 mo 2009rr Bo3pocia ¢ 2,49 na 100000
mo 2,78 Ha 100000 HaceleHMsI, IpA DTOM OTMeEUYaeTCs
yBeJIMUYEHHE CMEPTHOCTH B BO3PACTHBIX TpymIax mo 45
JIeT, 0COOEHHO, Cpean MYyXK4YuH [7].

CuHApOMHOE pacLuMpeHne aopTbl

Pacmmpenne aopTel BCTpedaeTcs TP MHOTHX 3a00-
JICBAaHMSIX C TIOPaXXEHUEM CepICIHO-COCYIMCTON CuC-
TEeMBI, TAKMX KaK apTeprabHasI TUIICPTCH3NS, UIIIeMIIC-
ckasg 0oJIe3Hb cephlla, MOPOKU U aHOMAJUU Pa3BUTHUS
cepara, HACJACACTBEHHBIC HAPYIICHUS COCTMHUTCIHHOM
TKaHu U T.0. [1o coBpeMeHHBbIM TaHHBIM, B 20-25% ciy-
YaeB aHEBPU3M M PACCIIOCHWI TPYTHON aoOpTHl — 3TO
PE3yIIBTaT TEHETUICCKOM MPeapacIIooXeHHOCTH, IIpaK-
THYECKH BO BCEX CIy4YasgX OOBSICHSIOMINU ITaTOJIOTHIO
cpenu MoJtonbix uil [8-10]. [eHeTMUeCKM TeTepMUHUPO-
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BaHHOE COCTOSTHUE, BO3HUKAIONIEE BCJIECACTBUE Hapyllle-
HUS MeTabOJM3Ma COCTUHUTEILHOM TKaHU, XapaKTepH-
3yloleecsl HapyIIeHNUEM CTPYKTYPHI KOMITOHEHTOB 9KC-
TPALCJUTIONISIPHOTO MaTpuKca (BOJOKOH M OCHOBHOTO
BeIIeCTBa) U IIPUBOIIICE K POPMUPOBAHUIO IIPOTPECCH -
pyormx MophodyHKIIMOHAIBHEIX HApYIICHUN BHCIIC-
PaTbHBIX W JJOKOMOTOPHBIX OPTAaHOB HA3BIBAIOT IMCITIA-
sueit coequanTenbHON TKaHM (JCT). Cpenn mmpoKoro
CIIEKTpa TIOJMOPTaHHBIX W ITOJIMCHCTEMHBIX KIMHWYC-
ckux nposiieHuit ipu JICT MMeHHO KapauoBacKyJIsip-
HasI IaTOJIOTHS M, B TIICPBYIO O4Yepelb, MTATOJOTUS TPYI-
HO# aopThI, OIpEHessaeT TPYIOCIIOCOOHOCTh M XXNU3HEH-
HBIN IporHo3 [11]. ACUMOTOMHOCTb TeYEeHUSI U3MEHEHU M
¥ OTCYTCTBUE KIMHMYECKNX IIPU3HAKOB BILIOTH IO pas-
BUTHUSI OCTPOTO AOPTAIIBHOTO CHHIPOMAa CIIOCOOCTBYET
MMO3THEW TUAarHOCTUKE pacIINpeHUs] KOPHS aopTH [1, 2].
¥ nmanmeHToB ¢ cuHapoMHbIMEU opmamu JJCT aopTanb-
HBIE OCJIOXKHEHMUS SIBJITIOTCSI BEIyIIe IPUINHON CMEepT-
HoctH [12, 13].

HunddepeHimpoBantbie (cHHAPOMHBIC) hopMbl JJCT
XapaKTepU3YIOTCS peAKO BCTpeYaeMOCThIO, OoJiee JeT-
KOW KJIWHUYECKOU KapTUHOW, YCTAHOBJICHHBIMU TE€H-
HBIMU 1 OMOXMMUYCCKUMU Ie(EeKTaMM, OIpeaesICHHBIM
THIIOM HacJIeIOBaHUsI, OTHOCHUTEJIHHO HEBBICOKOI pac-
IIPOCTPAaHEHHOCTRIO B monyisiiuu [14]. Hanbosee gacTto
pacIIMpeHne aopThl BCTPEeUaeTCs IMPH CICAYIOMMX -
depenumpoBanHbix popmax JCT. cuaapom Mapdana
(CM), cuampoMm Jloiica-[IuTma, CMHIPOM aHEBPU3MEI-
OCTCOapTPUTa, CHHAPOM IOMHUHAHTHOM apTepHaIbHOU
W3BUTOCTH, cuHApoM Diepca-Jammo (CB/I), HecoBep-
meHHBIH ocTeoreHe3 [15]. IIpu CM pacmupeHne aopThl
Bcrpeuaercs B 60-80% ciyyaes [1, 16]. CornacHo Détaint,
et al., K Bo3pacty 60 et nmpaktuyecku y 100% nanueHToB
¢ CM pa3BuBaeTcs pas3IWdHOI CTCIICHU pacIIUpeHUe
aA0pTHI U ¥4 STHX MALIMEHTOB ITOABEPIaiOTCS IMIPOTE3UPO-
BaHU1o aopThl [17]. Ilo coBpeMeHHBIM MPEACTABICHUSIM
CepIeYHO-COCYINCTasl TTaTOJOTUS SBJISIETCS TPUIMHOMN
okosio 90% mnpexneBpeMEHHBIX CMEpPTed IMalueHTOB
¢ CM [18]. B CIIIA paccinoeHust 1 pa3pbiBBI aOPTHI TP
CM u OMU3KUX €My COCTOSTHUSX SIBIISIIOTCS IIPUIMHON
cmeptu B 50 ThIC. cirydaeB B rox [19].

HecuHapomHoe pacluMpeHne KOpHS aopTbl

I1o pe3yapraTaM aHajiM3a MEXIyHApOAHOTO PerucTpa
MalEeHTOB C JMCCEKLMel aopThl OBUIO BBISIBJICHO, YTO
y nauureHToB miafie 40 et auuib B 50% ciyyaeB uMe-
€TCsl TIOATBEPKIAECHHBIM TeHHbIN NedeKT, Yy ocTaBlIecs
MOJIOBMHBI MOJIOABIX JIIOAEH OOBSICHUTL MIPUUUHY U3ME-
HEHMII aopThl U JAJIbHEHUIIEN NUCCEKIUU B T€HETUYE-
ckoM ItaHe He ymaercsd [20]. B aToM perucTtpe y Mojo-
IbIX TMALMEHTOB YacTO BBISIBISUIACH 3HAUYMMAsT ITPOKCU-
MaJIbHasI IWIaTalvsl aopThl Jaxke Ipu oTcytcTBur CM.
CMepTHOCTB OT PACCIIOCHUS AOPThI STUX MAIlUEeHTOB OKa-
3ajlach HEOXUJIAaHHO BBICOKOW, CXOXel C MmalueHTaMu
crapmre 40 Jer, He3aBUCHMMO OT THIIA AUCCEKIINU,
U HE CBSI3aHHOM C 3aepKKOM B TIOCTAHOBKE AUArHO3a.

ITokazaHo, 4YTO MOJOXUTENbHbINM CEMEMUHBIN aHAMHE3
TOpakKeHMS aOPTHI Y MAIlMCHTOB, HE MMEIOIINX M3BECT-
Hble cuHapomsl, ¢ JJCT BerpeuaeTcst ¢ yacToroit 1o 19%
[8, 21-22]. CoOTBETCTBEHHO, BBIIECISIOT TaK Ha3bIBae-
MBbI€, CeMCIHBIC aHEBPU3MBI/TNCCEKIINHT a0pTHI. TOYHBIIN
TeHEeTUYeCKM MedeKT mpu 3TuX (popMax Ha CETOTHSIII-
HUI IeHb He ompeaeeH [6, 23]. I1pu 3ToM, y MallMeHTOB
MOTYT BEISIBIISITECS (DEHOTUTIMIECKIE TIPU3HAKN KOCTHO-
CKEJICTHBIX aHOMAJINiT B BIIE BPOKICHHOM medopMaliiy
TPYIHOI KIIETKN (BOPOHKOOOpPA3HOM M KWJICBHIHOI),
apaxXHOJAKTWJINU, apKOBUIHOTO Heba u T.1. [22, 24].

COBOKYITHOCTb (hDeHOTHUITMYECKMX ITPMU3HAKOB ITaTo-
JIOTUM COCAMHUTEIIPHON TKaHM, HE YKJIAIbIBAIOIIYIOCS
B CHHAPOMHEIC (DOPMEI, B OT€UECTBEHHOU JMTEpaType
obo3HavarOT Kak HemuddepeHumpopanuyo JACT
(HOCT) [11]. HAOCT xapakrepusyeTcs HaJIUINEM
y mannreHTa Habopa KIMHUIECKUX ITPU3HAKOB, KOTOPBIC
MOTYT BKJIIOYATh CKOJIMO3, Ie(popMaIiiy TPYIHON KIICTKH,
MUOITMIO, aCTUTMATH3M, IIPOJIAIIC MUTPAJBHOTO KiIa-
MaHa, TUIOCKOCTOITME, apaXHONAKTWINIO W T.I. B 3apy-
OeXHOI IUTEPATYpE MOCAEAHUX JIET TEPMUH “IACTUIA3US
coeMHUTEILHOM TKaHu”’ (“connective tissue dysplasia”)
WCITONIb3YeTCs KpaliHe peaKo, B €AMHUIHBIX ITyOJIMKa-
musix. Mensink KA, et al. (2006) 1cmoib3yeT 3TOT TEPMUH
KaK CHHOHUM 0o0Jice IMMPOKO pacIpoOCTpaHCHHOMY
B MHOCTpPAaHHBIX TIyOJIMKauMsax “connective tissue
abnormalities” mag XapaKTepUCTUKU MMEIOIIUXCS
Yy HalneHTOB (DEHOTUIIMICCKMX OCOOCHHOCTEM B BHIE
MpoJjiarica MUTPAJIBHOTO KJIallaHa, CKOJIMO03a, TUIICPMO-
OMJILHOCTH CYCTaBOB, TUTICPIJIACTUYHON KOXH U TIP., 9TO
TIOJTHOCTBIO COOTBETCTBYET HOHSTHUIHOMY COIEpP:KaHUIO
oTedecTBeHHOTO TepMmuHa [25]. Glesby MJ xapakTepu-
3yeT 3TO KJIMHUYECKOE pa3HooOpa3ue MOoHATHEM “(DeHo-
TANYecKas IPOTSKeHHOCTh” (phenotypic continuum)
[14, 26-28]. Hcxomsd W3 CMBICJIOBOIO COIEpKaHUS,
IINPOKO YIIOTpeOJIIeMBIe B 3apyOeKHOU JMTepaType
B KOHTEKCTE HEBOCITAJUTEIbHON HEMMMYHHOI IaTOJIO-
TUM COeNMHUTEIbHOM TKAaHU TEPMUHEI “‘connective tissue
abnormalities”, “connective tissue disorders”, “heritable
disorders of connective tissue”, “nonspecific connective
tissue disorder”, “congenital connective tissue disorders”,
“inherited connective tissue disease” MOXHO CYMTAaTh
SKBUBAJICHTHEIMM OTCYECTBCHHOMY TEPMHHY “IHCILIA-
31U COeIUHUTENLHOM TKaHm” [28-34].

I[lo maHHBIM pa3IUIHBIX WCTOYHUKOB, OTICIBHEIC
deHOTUNIMYECKIE TIPOSBICHMUS OHNCIUIA3WU COCIMHM-
TeJIbHOM TKaHU BeTpeualorcs: B nonyisuuu B 0,6-80,0%
HabmoneHwii [35]. UMetoTcd cBemeHMsI, 9TO paciivpe-
HUe aopTHl y utl ¢ Tpr3HakaMu JJCT BEISIBIISIETCS TOCTO-
BEpHO dYallle, YeM B ITOIYJISIIIUM, IIPH 3TOM CEMEWHBIN
aHaMHE3 B OTHOIIICHNH JAHHO TTaTOJIOTUH YacTO OTCYT-
cTByer [26, 27]. 1o manusiM ncciegosanusa Rhee D, et al.
(2008) v 9 u3 37 maneHTOB C BOPOHKOOOpa3HOoM Aedop-
Marueit rpynHoit xietku (BAI'K) mpucyrcTBoBaio pac-
mupeHue KopHs aoptsl (PKA), B To BpeMs Kak B IrpyIine
KOHTpPOJIST 113 43 4eI0BEeK aopTa y BeexX OblJIa HOPMaJIbHBIX
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Tabnuua 1

leHbl, OTBETCTBEHHbIE 32 HPOPMUPOBAHME aHEBPM3M U AUCCEKLMIA aOpThbl Npy Hanbonee YacTbix cuHapomax ACT

DyHKLS reHa
FBN1 koaypyeT dnbpunamH-1, 601bLWON rYKONPOTENH, KOTOPLIN SBASETCS

KOMMOHEHTOM BHEKJIETOYHOr0 MaTpukca

CurHanbHbivi nyTe TGF nrpaeT BaxHylo posnib B npoLeccax npoavdepaumm,

onbdepeHumnaumm n npoaykunm BKM

l'en COL3A1 kopupyeT Lenu npokonnarena lll Tuna, KpynHoro CTpyKTypHOro

KOMMOHEHTa KOXW1, KDOBEHOCHbLIX COCYA0B U MNOJIbIX OPraHoB

KonupyeT uenu npokonnarexa | Tuna, 0CHOBHOro 6enka KocTel 1 60NbLUINHCTBA APYrUX

$opM COEANHUTENBHOM TKaHK

3abonesaHune F'eH Xpomocoma
Cunapom Mapdara FBN1 15921.1
TGFbR2a 3p24-25
CvHgpom Anepca-Aanno IVtun - COL3AT 2931
HecoBepLueHHbIl 0CTeoreHes COL1A1 17921.3-92
CvHgpowm Jloica-Antua TGFBR1, TGFBR2 9933-g34,
3p24-p25

pa3mMepoB. MUHTepec BBI3BIBACT TO, YTO TOJIBKO Y 2 TaIu-
€HTOB M3 5 C pacIIMpeHHeM aopThl IIPH TeHETHIECCKOM
nccnenosannn noarsepxiaeH CM [36]. CorimacHo co0-
cTBeHHBIM HcciieqoBanmsiM, PKA y i ¢ HACT BcTpe-
yaeTcs npuMepHo B 10% ciydaes [28], mpu 5TOM, B Kade-
cTBe (pakTOpOB pHCKa (HOPMHUPOBAHUSA PACIIUPCHUS/
aHEBPU3M aOPTHI OIIPEACIISTIOTCS MYXKCKOM IT0JI, HATMIHE
MHACTUIACTUKO3aBUCUMOM TTATOJIOTMH KOXM, IO3BOHOYHBIX
aprepuii, BeH, AuUarHocTWdeckuii koadduument JCT
nmo B.M. dxkosneBy n I.W. HeuaeBoii >23, codeTaHme
JCT ¢ nBycTBOpYATHIM a0OPTaTbHBIM KJIallaHOM, C apTepH-
aJTbHOUM THIICPTECH3MEH, MpoheCcCHOHATBHBIMUA 3aHSITH-
SIMA CITOPTOM, TSDKCNIBIM (Du3mdecKuM TpyaoMm [37-39].
Pacumpenue aoptel mpu HICT mMeeT KIMHMYECKOe
3HayeHWe. 1o JaHHBIM TPOCICKTUBHBIX HAOMIOMCHUIA
OBUIO OIpemeIcHO, YTO KIMHWYECKUE WCXOOBI TIPHU
HecMHIpOMHBIX aHeBpm3Max aopthl u HJICT cxomHbl
¢ TakoBeIMU TIpu CM [28, 40].

MatoreHes n mopdonorus pacluMpeHnus aopTbl
NPV CUHAPOMHbBIX U HECUHAPOMHbBIX popmax ACT
CylecTByeT MHOXKECTBO ITaTOTCHETMYCCKUX MeXa-

HU3MOB (OPMUPOBAHUS aHEBPU3M M PACHINPEHUU
aopThl. 3a NUCKIIOUCHUEM OTPaHWYCHHOTO YHCiIa MCCIIe-
IOBaHWI, STHOJIOTHSI W IIATOT€HE3 aHEBPHM3M BOCXOIS-
IIIETO OTJIeJIa a0PTHI U3yUYeHBI HemocTaTouHo [41, 42].
[Tpu mucIa3ny coeTMHUTEIPHOM TKAaHM Yallle TTopa-
KaeTcsl TPYIHOM OTHEe] aOpTHI, YTO COIIPSDKEHO C MyTa-
el TEeHOB, YYACTBYIOIIMX B CIOXHBIX IIpolleccax
CcOOpPKM M pacliaja KOMIIOHCHTOB BHEKJICTOYHOTO MaT-
pukca (BKM) [22]. [Tpu CM, sgBisromieMcs Kiaccude-
CKMM ¥ HamboJiee SIPKUM IIPOSIBIICHIEM HACJICACTBEHHBIX
HapyIIeHWH COCOWHUTENPHOW TKaHM, ITPOTCKAIOIINX
C pacIMpeHneM 1 pa3pbIBaMU a0PThI, KITMHNIECKHE TIPO-
SIBJICHUST CBSI3aHBI C MyTallMsIMU B TeHe ubpmmmHa-1
(FBN1I). Hutchinson S, et al. (2003) mpeaIToa0XuInd, 9To
paznuuus B aKcrnpeccuu FBNI1 B HOpMe MOTYT CIIOCO0-
CTBOBaTh KIMHWYECKON W3MEHUYMBOCTH, HAOMIOTAacMOM
B ceMbsix ¢ CM, 1 JOJDKHEI OBITh PACCMOTPEHEI KaK ITOTCH-
UaabHBI Momudukarop denHoruna [42, 43]. B cBete
BBICOKO BHYTPUCEMEMHON M3MEHUYMBOCTH CJICIYET ITOJIa-

CurHanbHbI nyTb TGF MrpaeT BaxHyio posib B npoLieccax npoavdepaumu,
onbdepeHumnaumm n npoaykuum BKM

raTh, YTO BHEIIHUE W, BOSMOXHO, SIUTCHETUICCKIE (haK-
TOPBI UTPAIOT 3HAYNTEIIBHYIO POJIb B OIIPEICICHUM TSIKE-
¢ty (peHOTHUITA Y TAllMeHTa ¢ JaHHOU MyTamueil. Kpome
kinaccmyeckoro CM yKazaHHBIC NI3MEHEHMS B TCHAX TaKKe
0BT OOHApyXKeHHI y mareHToB ¢ apyrumu I CT, BKito-
yasg HeoHaTanmbHBIT CM [44], ceMeliHyI0 apaXHOMAKTH-
o [45], skTonuio XpycTaauka [46], BOCXOOSIIyI0 aHEeB-
pPU3MY aOpTHI M JTUCCEKIINIO 0e3 KIIaCCUISCKON KapTHUHBI
CM (Bocxopsimast aHeBprU3Ma aOPTHI M IUCCEKITUS, OTCYT-
CTBHE SKTOINH XPYCTaJInKa, HUKAKMX KOHKPETHBIX CKe-
JIETHBIX MaHHEIX) [47, 48], MASS-deHoTHn [49], HOBBIM
BapraHT CM (ckenetHele ocobeHHocT CM C cycTaB-
HBIMI KOHTPAKTYpaMd U BBIIIOTOM KOJICHHOTO CyCTaBa,
9KTONHEN XpyCTaJIMKa IIPU OTCYTCTBUM CEPICYHO-
coCymmMCThIX mposiiaeHuii) [50, 51] m m3ommMpoBaHHEBIC
CKeJIETHBIC TIPM3HAKM (BBICOKMIT pocT, cKoimo3, BJAT'K
¥ apaxHOOaKTWians) [52].

CeMelfiHBIE aHEBPM3MBI aOpPTHI aCCOIMMPOBAHBI
C UI3BMEHEHUSIMHU B pa3INYHBIX TeHax, TakKnx Kak: TGFBR2,
TGFBRI, MYHI11, ACTA2, MYLK, SMAD3 n wHorna
¢ FBN1, XoTOophIe TaKXKe MOTYT YIaCTBOBATh B (DOpMUPO-
BaHUU [MATOJIOTMH COEAMHUTEIbHOM TKaHu [6, 23].

[enb1, oTBeTCTBEHHBIE 32 (DOPMHUPOBAHNE AHEBPHU3M
¥ OUCCEKIMI aopTHI TP HaMOOJIee JACTBIX CHHIPOMAX
JCT, npencrasiaeHbl B Tabmuiie 1.

HdnureabHOE BpeMsl CUUTAIIOCH, YTO TOJIBKO MYTallU
BTreHe FBN-1 00ycI0BIUBAIOT CJTA00CTh M HECOCTOSITEITb-
HOCTb 371acTu4YecKoro kapkaca aoptel. FBN-1 — mimko-
npoTeuH, (UuOpuIbHBIE MOHOMEPBI KOTOPOro (opmu-
pPYyIOT 0a30BYI0 CTPYKTYpy IJISI CHHTE3a 3JIaCTHIECKUX
BoJIOKOH. Ho maHHBIC TTOCIETHUX JIET ITO3BOJISTIOT TOBO-
PUTH O TOM, YTO HACJICACTBEHHBIC HAPYIICHUS COCIMHU-
TeJIbHOM TKAaHU CBSI3aHBI HE TOJBKO C HAPYIICHUSIMU
MUKpOGUOPUIIISIPHOrO MaTpuKca. MIHTepec ObLI BhI3BaH
OTKPBITHEM TOTO (haKTa, YTo MyTanuu reHa FBN- I Takke
BBI3BIBAIOT MOBBIIICHHOE BHICBOOOXICHIE M30JIMPOBaH-
HOTO JIATEHTHOTO TpaHCc(HOpMUpPYIOIIEeTo (haKTopa pocTa
(TGF-B) — u3BecTHOTO MemuaTopa MpoIeCCOB PeMOoJIe-
JIpOBaHUS cocymoB. TakuM o6pa3oM, GOPMUPYIOTCS 1B
nyTd QOpMHUPOBAaHMS TATOJOTMH AOPTATBbHON CTEHKMU.
OnovH n3 HUX 00YyCIOBIeH (DOPMHPOBAHMEM HECOCTOSI-
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TeJIbHOTO 3Jl1aCTUHA, IPYroi CBsI3aH ¢ HapyLIEHUEM CUT-
HanmbHOTO TIyTH TGF-P.

TGF-f — pacTBOpUMBIf TIENITUI POCTa, OTHOCS-
IIHIcA K TPYIIe JUTaHIOB 1 perienTopoB. OH BEIpada-
TBIBaeTCS OOJIBIIMM KOJMYECTBOM THUIIOB KJIETOK, BKITIO-
yasy KJICTKU COCYIUCTOM CTCHKHM, ¥ BOBJICUCH B IIPOIIECCHI
mpoaudepallny, aHTHOTeHe3a W amomnTo3a. KpoMe Toro,
B HACTOSIIIIEE BPEMSI XOPOIIIO OIMCAaHa €TO POJIb B PETYJISI-
mnu dopmupoBannst BKM cocynucroit creaku. Omm-
CaHO OBE PA3HOBUAHOCTH curHaitbHOTO TIyTH TGF-B:
KJIacCMYeCKMiT M Heknaccmiyeckmit. [Ipm akTuBanmm
KJIaCCUYECKOTO IyTH MACeT (opMUpoBaHUE KOJIIarcHa,
5JIaCTUHA, MHTHOMTOPOB aKTHUBATOPOB IIa3MHHOTeHA- |
W WHTUOMTOPOB TKAHEBHIX MeETaJIONIPOTeHHA3-1.
Heknaccuuyeckuii myTh MpeacTaBiasieT co00il Kacka CUr-
HaJbHBIX Peakivii, C OMHOW CTOPOHBI YACTUYHO BCTpau-
BaIOIINICS B KIIACCUICCKUA ITyTh C COOTBETCTBYIOIINMU
KUCXOAaMU, C IPYyroii — MMEIIIUNA CBOE TMPOJOKEHUE
1 TIPUBOISAIINI K BEIPAaOOTKE MEINATOPOB, YIACTBYIOIINX
B JeTpajallid MaTpHWKcCa. YCTaHOBJICHHAS aKTUBAIIWSI
nmatentHoro TGF-B B pesynwsrate myranuu reHa FBN-1
MOKET CTUMYJINPOBATh KaK KJIACCHIECKMI, TaK U HEKJIAC-
cuueckuit curHainbHbie IytH TGF-B, uro Moxer n3me-
HSTb OOBIYHBIN MPOPUOPOTUYECKUI OTBET U B PE3YJib-
TaTte yBeJauMuuBaTh Aerpagainvio BKM, npuBoms K mpo-
TPECCUPOBAHUIO PaCIIMPEHUS aopTHI [41].

CKOpOCTh TIPOTPECCUPOBAHUS aHEBPU3M TPYITHOK
aopTBI CUJILHO BapbupyeT B mpenenax ot 0,03 mo 0,22 cM
B I'OI, a TCHETHYECKNE (haKTOPHI MOTYT OKa3bIBaTh BaXK-
HOe BIIMSTHME Ha 3TOT MoKa3aTe/b. JJaHHbIe TTOKa3bIBAIOT,
YTO TeHETUYEeCKas IMATOJIOTHS OIpenessieT 0ojiee OBICT-
poe pacIInpeHne aopThl, TEM CaMBIM YBEIMIMBAsT PUCK
pa3BUTHS paccioeHus aoptol [10, 42].

CocynucTeie TTopaxkeHUsI HarboJIee MOJTHO OIMCAHBI
MpU M3BECTHBIX cHHApOMHEIX dopmax NCT — CM,
CO n op. OgHaKO M3MEHEHMS COCYIOB 3aKOHOMEPHO
BO3HUKAIOT W NIpu HeauddepeHIUPOBAaHHBIX (opMax
HCT. INopaxeunwnst aoptsl mpu JCT 1oKanm3yeTcs mpeu-
MYIIECTBEHHO B BOCXOZSIIEH YacTW TPYTHON aOpTHI,
HECKOJIBKO peXe — B Oyre, B HHUCXOISIIEl dYacTH,
OpIOITHOM aopTe W €€ BETBSIX, JICTOYHBIX apTepUsX.
[TatorucTonornyeckoe wuCCIEeOIOBAaHME aOPTHI Kak
cocyma siactmiyeckoro tuma npu CM BHe o0OiacTu
aHeBpU3MBI OOHApy:XMWBaeT (parMeHTAIIMIO BHYTPCH-
HEl 3J1aCTUIeCKOM MeMOpaHbI (OTCYTCTBHE €€ B OTIEIb-
HBIX y4YacTKax), MCTOHYCHWE WM HapylmeHne (PopMbI
HapyXKHOI 3JaCTHIECKON MeMOpaHBI, 3aMCHY IJIaIKO-
MBIIICIHBIX KJIETOK IPOCIOMKaMU KoJIIareHa, pa3pac-
TaHWE PBIXJION coemmHUTeNbHOM TKaHu (CT) 1o mepu-
depum cocyma; B 30He aHEBPU3MbI — KPOBOM3IMSHHUS
B pa3JIMYHBIC YIaCTKN CTEHKHU COCyIa, MOSBICHUE Tpa-
HYJSLIMOHHOW TKaHW, OOYCJIIOBJAEHHON oOpraHu3aluei
IIPUCTCHOIHBIX TPOMOOB, B OTHCITBHBIX CIyJassX — IICEB-
IOKHCTHI B CTCHKE COCYyIa, KOJUIAaTCHOBBIC CTPYKTYPHI
aIBeHTHUIINN HEPAaBHOMEPHO TPy0OO MepeIlIeTeHEI, TIPH-
YyeM BOJIOKHA YTOJIICHBI, HEpaBHOMEPHO OKpaIllvBa-

oTcs (GyKCMHOM. [HcTOXMMMYeCKOoe HCcCIeI0BaHUE
CTeHKH a0pTHI AEMOHCTPHUPYET 3HAYNTEIbHOE HAKOTLIC-
HUE B OTHCIbHBIX YI4aCTKAaX HECYIb(haTHPOBAHHBIX TJIH-
KO3aMHWHOTJIMKAHOB, B IPYyTUX — 3HAYUTEIbHOE YBEJIU-
YyeHHe WX CyIbhaTMpoBaHHBIX ¢pakmuii [53-55]. [Ipn
HACT maroructojiorndeckre HaXOJIKHW CXOIHBI C O~
canabpiMu ipru CM, HO MeHee BBHIpaXeHBI. B mMmero-
IMUXCS SAMHUYHBIX pad0oTax MpU CEKIIMOHHOM U MaTO-
MOPGHOJITOTUICCKOM MCCICAOBAHNM B COCYIAX JIaCTHIC-
CKOTO THIIA y JIMI MOJIOJOTO BO3pacTa, MMEIOIINX
BHeIIHKME U BHyTpeHHME mpu3Haku [ CT, rucromormae-
CKMe M3MEHCHUS aOPTHI BKIIIOYAIN B cebsI pa3peskeHUE
¥ (hparMeHTAIINIO 3JIACTUHICCKIUX BOJIOKOH, UX 0YarOBOE
OTCYTCTBHE, YMEHBIICHWE YHCIAa TIaIKOMBIIICYHBIX
KJIETOK, HaJIM4YMe IIPOCIOeK KOJJIJareHa B MBIIICIHBIX
CIIOSIX, HapyIIeHWe apXUTCKTOHNUKU U YTOJIICHUE KO-
JIATCHOBEIX BOJIOKOH, 3HAUMTEJIBHOE pa3pacTaHUe KOJI-
JIATeHOBEIX BOJIOKOH BOKPYT Vasa vasorum, 4To COOTBET-
CTBYeT THCTOJIOTMYECKON “KapTWHE” CHHIPOMHBIX
dopm JACT [55].

TakuM o00pa3oM, TUCTOJIOTMYECKHE OCOOEHHOCTU
AOPTHl Y MALIMCHTOB C Pa3IMYHBIMU HACJICICTBEHHBIMU
cuagpoMamu JICT u HecmHapoMHbiMU dopmamu JCT
B BHIC KWCTO3HOW AeTeHepamuy CpeaHeil 000JI0UKU
cocyna SIBISIIOTCS HanboJiee XapaKTepHBIM OOBbeTMHSIIO-
IIMM 5T BUIOBI HACJICACTBEHHOM MATOJIOTUY IIPU3HAKOM
[54, 56]. AuameTp OUIAaTUPOBAHHOM AaOPTHI IIPSIMO KOP-
pemMpyeT ¢ BRIPAXKCHHOCTBIO IEeTpagalliid CpeaHeid 000-
Jnouku [57]. B cBSI3u ¢ TeMm, YTO ONTUMAJbHBIN OajaHC
KOMITOHEHTOB CpeHeil 000J0UKM aOpThI OMpEAesIeT ee
(byHKIIMOHAIBHBIC XapaKTePUCTUKH, OCOOCHHO, MEXaHU-
YeCKyI0 YCTOMYMBOCTh IIPU IEUCTBUM ITyJIBCHPYIOIIETO
TIOTOKA KPOBU, M30BITOUYHAS Ierpafgaliisl MaTpuKca Ipr
pPa3sBUTHMU KHUCTO3HOM IeTeHepallid OTBETCTBEHHA
3a TIPOTpecCUpYIOIee ITOBPEKICHNE CTCHKHW AaoOpTHI,
JIATAlMIoO W pa3pbiB B MOJIOAOM Bo3pacte [53].

Mpo6nemsbl guarHocTnku PKA

PacimmpeHnme KOpHS aOpTHI IIUTEILHO TeUeT OeCCrM-
MITOMHO W TIPAKTUYECKN HEe BEISIBIISICTCS TIPpU DU3NKATh-
HoMm ocmotpe [1, 2]. B Hacrosiuee Bpemst 6onee 40%
MAIleHTOB C aHEBPU3MaMU TPYTHOM AOPTHI OCTAIOTCS
aCUMIITOMHBIMM Ha MOMEHT IIOCTAaHOBKH [IHMAarHo3a
¥ BEISIBJISTIOTCS YK€ TP Pa3BUTHUM OCTPOTO a0PTaIbHOTO
cuHapoMma [58, 59]. PanHee BhIsSIBIeHNE TaHHOM MATOJIO-
TUH TI03BOJISIET CBOEBPEMEHHO HCIIONIB30BaTh HEXUPYP-
TUYCCKUE METONBI JICYCHUWS M 3aMEIJIUTh TEMITBI IIPO-
TPeCCUPOBAaHMS PACIIUPEHMS aOPTHI C TTOCICAYIOIINM €€
paccioenreM. HemoolieHKa HacleACTBEHHBIX (DaKTOPOB
MPUBOAUT K HECBOECBPEMEHHOI IMArHOCTHUKE HAYajlb-
HOTO 3Talla TWJIATAllMXA W, KaK CIeACTBUE, (DOPMHUPOBaA-
HUIO OCJIOKHEHUI, KOTOPBIC Pa3BUBAIOTCS Y TAKUX TALIM-
€HTOB TIpM 3HAYMTECIILHO MEHBIIMX pa3Mepax, 4eM
B nonyssiuuu [60-63]. KpoMe Toro, Haaiuuue aHeBpU3M,/
pacIIipeHus TPYIHON aopTHI SIBISICTCS OIIOPHBIM IHa-
THOCTUYCCKAM KPUTEPHUEM HEKOTOPHIX TeHETHYECKUX
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CUHIPOMOB, Takux Kak CM, cunapom Jloiica-/luTia,
MASS-denorun [63]. B yacTu KIMHUYECKUX CUTyaLlUid
YCTAaHOBUTH NMArHO3 M HAadaTh KOMIIIEKCHOE JICUCHUE
¥ HaOJTIOAcHNE 0¢3 YKa3aHHOTO IpH3HAKa HEBO3MOXHO,
YTO 3aIepKUBACT IIPOBEIACHNE JICICOHO-ITPOPUIAKTIIC-
CKMX MEPOTIPUSTHI 1 B TaJIbHEHIIIEM BIMSET HA IIPOTHO3
9TUX MauueHToB. JlmarHoctuky PKA ocioxHsieT TOT
(akT, YTO YACTOTA €TO BBISIBJICHMS 3aBUCHUT OT BO3pacTa.
Tak, y mammentoB ¢ CM PKA B Bo3pacte 5 jieT BcTpeda-
ercs B 35% ciyuaeB, B Bo3pacte 20 JjieT B 2 pasa vaiie
(70%), a B Bospacre 40 et — y 80% marmenTos [64, 65].

J71s IMarHOCTUKHU TTaTOJIOTUM MCITOIb3YIOTCSI PYTUH-
Hasg peHTreHorpadus opraHoB TpymHoit kimetku (PI
OI'K), sxokapmmorpacdus (BxoKI'), KomIbiorepHas
toMorpacdusa (KT), MarHUTHO-pe30HAHCHAs TOMOTpa-
¢us (MPT), aoprorpacpus [1, 2].

Pentrenorpacdus opranos rpyaHoil KjaeTKu. PyTuH-
HBII PEHTTCHOBCKMI CHUMOK WHOTIA MOXET BBISIBIISITH
OTKJIOHEHHUSI KOHTYpa I pa3Mepa aopThl, TPEOYIOIIe
boyiee ACTaabHOI aOpTANbHOM BHM3YyaJIM3allid B Ialb-
HelmmeM. PeHTreH rpygHOM KJIETKM YacTO CIYXUT
YacThl0 OOCIIENOBAHMS ITAIIEHTOB C IMOTCHIUAJIBHBIM
OCTPHIM AOPTAIBLHBIM CHHIPOMOM, MPEXKIE BCETO IS
BBISIBJICHUSI NOPYTMX TNPUYMH CHUMIITOMOB TalldeHTA,
HO TakXe KaK CKPUHWHTOBEIM TECT IJIS OIPEHCIICHMUS
COOBITHII, aCCOIMUPOBAHHEBIX C PACIIMPEHUEM aOpPThHI
i KpoBotedueHuii. Ognako, PI' OI'K HemoctatouyHo
YyBCTBUTENIbHA, YTOOBI OKOHYATEJIBHO WCKIIOUNTH
HaJIM4IHe OCTPOTO a0PTaJIbHOTO CUHAPOMA, 3a UCKITI0Ue-
HUEM MalMEHTOB C CaMbIM HHM3KUM puckoMm. O0bemm-
HEHHBIC gaHHBIe N3 10 mcciiemoBaHMit yKa3bIBAIOT, YTO
YyBCTBUTEJILHOCTb PACIIMPEHHOTO CPEIOCTCHUS WU
AaHOMAJILHBIE KOHTYP aoOpTHI, CBSI3aHHBIC CO 3HAYU-
MBIMHA 3a00JICBAaHMSIMA TPYIHOTO OTHEJIA COCTAaBIISICT
64% u 71%, cOOTBETCTBEHHO [66].

Kommnbiotepuas Ttomorpadmusa. KT-ckaHupoBaHue
HCIIONIBb3yeTCs 00JIee IBYX MECITUICTUN IUIST BBISIBJICHMST
OCTPOTO aOPTAIIBHOTO CMHIPOMA W JUATHOCTUKU IPYTUX
3a0ojeBaHuil TIpydHOi aopthl [67]. IlpeumyinectBa
BKJTIOUAIOT TTOYTH YHUBEPCATbHYIO TOCTYITHOCTh — CIIO-
COOHOCTh BHM3YAJIM3MPOBATh A0PTY IIETUKOM, BKITIOYAST
IIPOCBET, CTCHKY W MEPHAOPTAIbHBIC O0JACTH; CITOCO0-
HOCTb WICHTU(PUIIMPOBATh aHATOMUYCCKHE BapHaHTHI
BOBJICUCHUSI COCYIMCTBIX BETBEi; pa3InMdaTh THIIBI
OCTPBIX AOPTAJTBHBIX CUHAPOMOB (HampuMep, WHTPaMYy-
payibHasi TeMaToMa, IIeHEeTPUPYIONIast aTePOCKIIEPOTHIC-
CKasl OJISIIIKa, pa3phIB a0PTHI); KOPOTKOE BpeMsI, HE00X0-
INMOE Ui BU3yaIM3allMd M TPEXMEPHBIC OaHHBIC.
OmHako, BBHICOKAst CTOMMOCTD, 103a pagvallni U Hedpo-
TOKCUYHOCTb OTPAaHWYMBAIOT IMUPOKOE IIPUMEHEHUE
IaHHOTO MeToza [68, 69].

MarnutHo-pe3onancnas Tomorpadusi (MPT). B wccne-
JIOBaHUSIX ObUIO MokazaHo, uto MPT sBiasiercsi oyeHb
TOYHBIM METOAOM IHATHOCTHKHU ITaTOJIOTUH TPYTHOMU
aopThI, C BBICOKOM YYBCTBUTEIBLHOCTBIO M CIICIMDIY-
HOCTBIO, KOTOPBIC 9KBUBAJICHTHBI MJIM MOTYT IIPEBHIIIATH

takoBble 11t KT 1 OxoKI [70-75]. [Tomoono KT, MPT
JlaeT MHOTOIUIAHOBYIO OIICHKY TPYIHOI aOpTHI, M MCCIIe-
IOBaHME MOXET OBITh PACIIUPCHO VIS YBEIMICHUS
oxBaTa aopThl B IJIMHY 100 3axBaTa ee BeTBel. [Ipenmy-
mectBa MPT BKITIOYAIOT CIIOCOOHOCTh MACHTUMPUIIUPO-
BaThb aHATOMMYECKNE BapHAHTHI OCTPOTO AOPTaIbHOTO
CHHApPOMA, OLICHUTH BOBJICUCHUE apTePUN U TUATHOCTH-
pOBaTh ITATOJIOTUIO AOPTAJBHOTO KIamaHa M DUC(PYHK-
LU0 JIEBOTO KEJIymodyKa 0e3 BO3ICHCTBUSA Ha IAllMCHTA
pamyanMi U MOmHOTO KOoHTpacTa. HemocTaTKu BKITIO-
YaloT MPOMO/IKATEIFHOCTh WCCICHOBAHUS, BO BpeMs
KOTOpPOTr0 IMAallMEHT HEMOCTYIICH IUISI MEOUIIMHCKUX
pPabOTHUKOB; HECIIOCOOHOCTh HCIIOIb30BaTh KOHTPACT
TagOJMHUS Y TAIWEHTOB C IIOYCYHOM HEZOCTATOU-
HOCTBIO; TIPOTUBOIIOKA3aHUS Y MAIIEHTOB C KJIAyCTPO-
(bobmeit, MeTaINIMICCKUMU UMIUIAHTaTaAMU I Kapano-
CTUMYJIITOPAMH; W OTCYTCTBUE IMMPOKOM pacIIpocTpa-
HEHHOCTH M IOCTYITHOCTh B 3KCTPEHHBIX CUTYaIlUSIX.
HecMotpst Ha TO, YTO CO BpeMeHEeM METOAMKA YIydIla-
etrcs, 1o MPT gacTo HEBO3MOXKHO JaTh XapaKTe PUCTUKY
CBSI3M MHTHUMEI CO CTPYKTYpaMH KOPHSI aOPTHI, B OCO-
OCHHOCTH KOPOHAPHBIMHU apTEePUSIMU.

Dxokapauorpadus. AoOpTy WM €€ OCHOBHEIC BETBH
MOXHO BU3YaJM3UPOBATh C MOMOIIBIO TPAHCTOPAKaIhb-
HO M YPECITUIIICBOTHOM 3XOKapaNOTrpadpry ¢ NCIOIB30-
BaHMEM Pa3IUYHBIX mo3unuii. CymnpacTepHaabHasl IT03M-
us JIy9Ile IeMOHCTPUPYET IyTY aOpPTHI, B TO BpeMsI KaK
KOPEHb a0OPTHI ¥ BOCXOJAIIYIO A0PTY JIy4Ille OCMaTPUBaTh
B IIapacTepHAILHOM MO3UITNH.

B 11e10M, 1711 OLIEHKY TPYTHOM a0PTHI YPECIIUIIECBOI -
Hag OxoKI mpeBocxommT TpaHCcTOpakaiabHy0 DXoKI
(TTDx0KI). UpecrmmmeBomHass DxoKI' sgBisgercst momy-
WHBAa3WBHOM IIPOIICAYPOIl U TpeOyeT cemalny MalneHTa,
CTPOTOTO KOHTPOJISI apTepUaAIbHOTO TABJICHUS, a TaKKe
WCKITIOUYeHMe 3a0oaeBaHuii uiieBoaa [76]. TpexmepHast
ypectimmieBogHass BOxoKI B peadbHOM BpeMEHU
10 OOIINM TIPEACTABICHUSAM MMEET HEKOTOPHIC IIPEHUMY-
IIeCTBa Mepel IBYXMEPHOI, HO €€ MECTO B KITMHUYECKOM
IpaKTUKe elle He omnpeaeieHo [77].

Aoprorpadus. KateTepHasa nHBa3uBHAS aOpTOrpadus
BU3YAJIM3UPYET IIPOCBET A0PTHI, OOKOBEIC BETBU 1 KOJIJIa-
Tepanu. AHruorpadus maer TOYHYIO MH@OpMALIUIO
o (hopMe u pa3Mepe aopTHI, JTIOOBIX aHOMAJIMSIX, BMECTE
C TeM He JaBasl HUKaKOi WH(pOpPMAU 00 aopTaIbHOM
CTEHKE M TPOMOOTMYECKMX MaccaxX B IIPOCBETax aHEB-
pusM. Kpome Toro, aHrmorpacpudeckme METOIBI IT03BO-
JISSIOT OLIEHWBATh W IIPW HEOOXOOWMOCTU IIPOBOINTH
JIeYeHNe KOPOHAPHBIX apTepuii U BeTBe aopThl. Hako-
HEell, TP BTOM OOCJeIOBaHNU BO3MOXHO OICHUTH
COCTOSTHME KJIallaHa aopThl M (PYHKIIUIO JIEBOTO KEIIy-
JIOJKa.

C mpyroit cTOpoHBI, aHTHOTpadus SIBISIETCS WHBA-
3WBHOU MpoLIeAYpPOid, TpeOylollleli UCITOIb30BaHUS KOH-
TpacTHHEIX BemecTB. OHA MMOKa3bIBAaeT TOJHKO IPOCBET
AOPTHI U, CIIEA0BATEIFHO, MOXET IIPOITYCTUTh MHTPAMY-
paJbHYIO TeMaTOMy U pacciioeHre aopThl. Kpome Toro,
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TeXHHKa SBJISICTCS MeHee mocTymHoi, yeM TTOxoKI
win KT. Ilo 3Toii mpuuyMHEe HEUHBA3WUBHbIE METObI
BU3yAIM3allii B 3HAYUTEJIBHON CTEICHM 3aMCHIUIA
aoprorpaduio B IEPBON JIMHUM OUATHOCTUIECKOETO
TECTUPOBAaHUS KaK y IMAaIWCHTOB C TOHO03PCHUEM
Ha OCTPHIA aOPTaJIbHBIN CHHIPOM, TaK U IIPH IIOI03pe-
HUW WIN HaOJMIOACHNH 3a PaCIINPEHUEM a0pTHL. AOPTO-
rpacduss MOXET OBITh ITOJIE3HA, €CIIM Pe3yJBTaThl HEeWMH-
Ba3WBHBIX METOIOB SIBIISIIOTCSI HCOMHO3HAYHBIMM WJIU
HETMOJHBIMHA [2].

CoryracHo o0beOMHEHHBIM EBporieiicko-AmeprukaH-
cKnM pekoMeHmanmsM 20151, B ciydasix, Korjga pedb UaeT
00 oImpemellcHUM pPa3MEepOB KOPHS aOPTHI MIPU CKPH-
HUHTE, K puMmepy, Ha CM, TTOxoKI 6osee mipeamodrn-
tenbHa, yeM Mmetoabl KT um MPT, T.X. KopeHb aopThl
C WCIIOJIB30BAaHMEM 3THUX METOHOB MOXKET OBITH IUIOXO
BU3YAJIM3NPOBAH B CIJIy €TO PACITOJIOXCHUS IO YIJIOM
1 apTehaKTOB, CO3MABAEMbBIX CEPACYHBIMM COKpPAIICHM-
svu. C IpyToit CTOPOHEL, 1T BU3YaIU3allii JUCTATbHBIX
OTIIEJIOB BOCXOMASIIEH aOPTHI, IYTH AOPTHI M HUCXOISIIICH
rpyaHoii aopTel Metoabl KT u MPT 6osee npeanoutu-
TeJIbHEI [78].

TTOxoKI' gBmgeTcss MOCTYITHBIM, MPOCTHIM, TOCTa-
TOYHO TOYHBIM W BOCHPOM3BOIVWMBIM HCCIIEAOBAaHNEM
IIJIST OLICHKY pa3MepOB aOPTHI TP COOJTIONCHNH TpeOoBa-
HUI mipoTokoia [79]. B cTanmapTHBIN IPOTOKOJT OLIEHKHU
pa3MepoB KOPHS a0PThI BXOAUT U3MEPEHIE € TNaMEeTPOB
Ha ypoBHE (hMOpPO3HOTO KOJbIIa aOpTAJIBLHOTO KiIallaHa
(®K AoK), cuaycoB BambcalbBbl, CHHOTYOYISIDHOTO
coemumuenust/TpeoHs (CTI) u TyOymsipHoli yacTn (TIpOK-
CHMAaJILHOTO OTeJIa) BOCXOIAIIeit aopThl. Mcmonb3yeTcst
ImapacTepHalIbHasl MO3WUIMUS MO IIWHHOW och. JaHHas
IIPOEKIINST MMEET TIePBOCTEIICHHOE 3HAUYCHUE, TTO3BOJISIS
TOTIOJTHUTEILHO ITOJIYIUTh M300pakeHUs] OYTM aoOpTHI
1 TPeX OCHOBHBIX CYIIPaaopTaIbHEBIX COCYIIOB C TIEpeMEH-
HBIMA [JIMHAMM BOCXOISINWNA W HHUCXOMISIICH aOpPTHI.
CornacHo pekomeHgasM ESC o DxoKI mipu 3abode-
BaHUSIX aopTHI [79], WIS M3MEpPeHMST AUaMeTpa KOPHS
A0PTHI Y B3POCIBIX PEKOMEHIYSTCST MCITOIb30BaHME IO~
Xoma “oOT IepegHero Kpas o IepemgHero kpas” (leading
edge-to-leading edge) B KoH11le 1uacTosibl. KopeHb aopThl
B HOpME MMeEEeT MaKCHUMAJbHBIM IUaMETp Ha YPOBHE
crHycoB BanbcaibBBI, HECKOJIBKO MEHBIIUA pasMep —
Ha ypoBHe CTT m MuHMManbHbIN — Ha ypoBHe PK AoK.
HecooTBeTcTBUE pacIpenesieHusT pa3MepoB HTOJKHO
OBITh OTPAXEHO B 3aKITI0UCHNU. [1p1 BEIABICHUM PACIIH-
penust KA noinkeH ObITh 3a(hMKCHUPOBAH MAaKCUMaJIbHBIN
pa3mep [78].

CornacHO peKOMEHIALIMSIM, TIPEACIBHO TOITYCTUMBIM
3Ha4YeHHEM KOPHS aOpTHI, onipeneneHHBIM mpu TTOxoKT,
apisgercd 3,7 cM [80]. OgHako, oOIIEenpU3HAHO BIVSHIE
BO3pacTa M I10JIa Ha JaHHBIN IToKa3atesb [81], uTo mMeer
BaXXHOE 3HAYCHME IJIST JUATHOCTUKHU, IIPOTHO3a M TTOKa-
3aHUI K XUpypruyeckomy jiedeHuo 78, 82-95].

IpumenutenpHo K OxoKI, maa mocTtaHoOBKM Aua-
raHo3a PKA wmcmons3yercss aaropuTM, IIPemTIOKCHHBIN

Roman MJ, et al. (1989), c pacueroM MHAMBUIYATBHBIX
IOJDKHBIX 3HAUYeHWiT muamerpa KopHsT aopThl (JAIKA)
¥ yKazaHHEeM TpeaeoB “HopMaibHOCTH . Pacuer HOp-
MaJIBHOTO pa3Mepa KOPHS aOPThI CTPOUTCS Ha perpeccu-
oHHOI1 Mogmenu. Meton Roman 0wl pa3paboraH Iipu
obcaenoBaHuM 135 B3pocabIx M 52 nereit 6e3 cepaedHO-
cocynucroit matojornu. @opmyma pacuera KA yum-
TBIBACT IUIOIIAAb IMOBepXHOCTU Tena mmamueHTa (ITI1T),
paccuMTaHHas 1o ypaBHeHuo Du Bois D u Du Bois EF
(1916) u Bo3pacT mauKMeHTa, MPEACTaBisIeT cO00M ypaB-
HCHHE:

JOKA =b + k * ITIT,

rae b u k — ko3 GULIMEeHThI, 3aBUCUMbIE OT BO3pacTa.
Hanee TIpom3BOANTCSI pacdyeT Z-KpUTEpHUSI — OTKIIOHE-
HUSI JOJDKHOTO TUaMeTpa aopTHI OT (pakTmdeckoro (JIKA)
no opmyJe:

Z = (IKA-AIKA)/K,

rme k — xoadulmeHT, 3aBUCUMBII OT Bo3pacTa. 3Hade-
HUs Z-Kputepus >2 (Bo3pacT >20 ier) miaun >3 (Bo3pact
<20 y1eT) CBUAETEILCTBYIOT O PACIIMPEHUN a0OPThI [86].

B oTHOCHTENTEHO HEegaBHO OMYOJIMKOBAaHHBIX pabdOTax
MMEIOTCS IPYTUE aJITOPUTMBI IMATHOCTUKH PACIINPCHMS
aoptel. Metonm Deverex RB, et al. (2012) omimmaaercst TeM,
yro pacyeT IJIKA nmporcxoauT ¢ yueToM IoJia, BO3pacTa,
IITIT maumenTta. OH pa3pabaTbIBajics Ha OCHOBaHUU
HnccaeaoBaHus, BKiovyamoomiero 1207 yenosek crapire 15
JeT 0e3 cepmaedHO-COoCyaucToi maTtonorun. Popmyra
TIPEICTaBIIsICT CO0OI YypaBHEHHE:

JOKA = 2,423 + 0,009 x Bospact + 0,461 x IIIIT —
0,267 x 1o,

rae noia — 1-myx, 2-xed, SEE — 0,261 cm [81]. danee
TIPOM3BOIUTCS pacueT Z-KPUTepus 1mo ¢hopmydie:

Z = (IKA-I1IKA)/SEE,

3HaueHUe Z — KpuTepus >1,98, yka3piBaeT Ha TO, UTO
ITAaMETpP aOPTHI 3HAYMMO OTKJIOHSICTCS OT HOPMHEI.

Campens L, et al. (2014) pa3paboTtaiau Ipyroii MeTom
pacueta JJJIKA mpencraBisitommii codoit reHaep-crenm-
(praecKy0o MHOTOMEPHYIO PETPECCHOHHYIO MOJEb 3Ta-
JIOHHBIX 3HAYeHWI OUaMeTpa KOPHS aopThI, KOTopas
Takke yauTeiBaeT 1o, BodpacT 1 I1IIT mammenTa. OnHa
ObLIa [TojIydeHa IyTeM o0ciienoBaHust 849 yei0BeK B BO3-
pacte oT 1 mo 85 mer. Ilo pe3synbrataM HMcCCICTOBAHMS
TIpeaCTaBIeHBl HOMOTpAaMMEBI IUISI pacdeTa IIpeAeabHO
JOIYCTUMBIX pa3MepoB aopThl [96].

B mocnemame Tompl MccaeaoBaTeISIMI IIPEAITPUHIMA-
JIOCb MHOXECTBO JAPYTMX MOIBITOK CO3daHUS (HOpMy
no pacyety HJIKA, mpermyllieCTBEHHO B MeauaTpuye-
ckoit rpaktuke [97-105].

OOmMUM HEIOCTaTKOM IIPEeICTaBICHHBIX METOIOB
110 HaIleMy MHEHUIO MOXET OBITH TO, YTO IIPH UX pa3pa-
00TKe B pedepeHTHBIC TPYIIIHEI MOIJIM OBITh BKITIOUCHBI
JINIIA C OUCTUTa3Melt COeMMHUTEIbHOM TKaH! 1 3a0071eBa-
HUSMH CepACYHO-COCYINCTON CUCTEMBI, TIOTCHIINAIBHO
nMeloIme 0ojiee IMMPOKHUIT KOPEHb aopTHL. BceirencTeue
OTCYTCTBUS enmHCTBa Kiaccudukanuu I CT, mpu paspa-
0OTKE ONMMCAHHBIX METOAOB HauboJjee BEPOSITHO Mpu-
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LEeJIBHBIN 0TOOP W MCKITIOUCHUE M3 peePECHTHBIX TPYIIIT
nauveHToB ¢ HICT He mpoBogmimck. ITo HammM maH-
HbeM, y i1 ¢ HICT aopTa mMeeT OOIBIINIA pa3Mep, 4eM
B ITOITYJISIITMY ¥ BKJTIOYEHME TAaKUX ITAIIMEHTOB B UCCIICIY-
eMyI0 BBIOOPKY 3HAYMMO BJIMSET Ha pacyeT JOJKHOTO
nrameTrpa KopHs aoptsl [106]. JlaHHOE TpeanoioXeHne
TTOATBEPXKIACTCS TIPEACTABICHHBIMI B 3THUX MCCIICIOBA-
HUSAX KpUTEepUSIMH BKIIIodeHHUsA. Tak, B ctaTbe Roman
MJ, et al. (1989) roBopuTcst, 4TO B 00C/IEAYeMYIO BEIOOPKY
OBUIV BKJTIOUYEHBI POJCTBEHHUKU OONLHBEIX ¢ CM 1 mpo-
JIAIICOM MUTpaJIbHOro KiamaHa [86]. B BbIOOpKY Mccie-
moBaaus Devereux RB, et al. (2012) ObIIM BKIIFOYCHBI
B TOM 4uCJIe JINla U3 ucciegoBannss Roman MJ, et al.
(1989r). ObpamraeTr BHUMaHUE, 9YTO UX POCT U POCT JIPY-
I'MX YYaCTHHUKOB MccaemoBanus gocturai 1,91 m; 2,06 M;
1,98 M, 4ro, 0e3yCIOBHO, HE SIBIISICTCS IIATOJIOTHEH,
HO TTO3BOJISIET 3aIyMaThCs Hall BO3MOXKHBIM BKITIOUCHUEM
mareaToB ¢ npusHakamu I CT B sty Koroprty [81].
CyIecTBYIOT MCCICIOBAHUS, OMMCHIBAIOIINE, YTO POII-
CTBEHHUKU manreHToB ¢ CM MOIyT UMeTh eIUHUYIHBIC
npu3Haky natonoruu [107], mpu 3ToM JaHHBIM TTPU3HA-
KOM MOXeET OBITh TOJIbKO BEICOKMI POCT 3TUX MAIIMCHTOB.
[NoTeHuManbHO, HAaHHBIC JTUIA WMEIOT JTUOO CKIOHHEI
K Pa3BUTHIO pacIIMPeHMs KOPHS aopTHI [52].

B wuccnemoBanme Campens L, et al. (2014) Opum
BKJTIOUCHBI JINIIA, TIOABEPIIIHECS PYTHHHOMY 00CJICIOBa-
HUIO CEPIECYHO-COCYINUCTON CUCTEMBI Ha MIPEIMET CKpPH-
HUHTAa HACJICICTBEHHBIX 3a00JIeBaHMIA, IIPEAOTICPAITIOH-
HOTO 0OCIeHOBaHMSI TICPel XMPYPTUYCCKUM JICYCHUEM
HE CepIeIHO-COCYANCTO ITaTOJIOTUM, OLICHKH! CepACIHO-
COCYIMCTOM CHCTEMBI IUISI TIONYYCHUS pa3pelIeHMUs
Ha 3aHSITUS CIIOPTOM, MCKITIOUCHUS TIEPUKAPINTOB WU
SHIOKAPAWTOB, a TaKKe MALMEHTHI, HaXOMSIIUEeCs IO
HaOJIIOMeHEM Y Kapauojiora II0 pa3HbIM IIPHYMHAM,
HE OTHOCSIIIUMCS K ITATOJIOTHH aOPTHI, TPCOYIOIINM YITh-
TPa3BYKOBOTO 00CeI0BaHMs cepalia (MpealiecTBYIoas
XUMHOTEPAITs, peBMaTUICCKIE 3a00IeBaHUSI, apUTMHUS,
KopoHapHast 60s1e3Hb cepaua) [96]. [lpu aToMm, cpenHue
uudpel AJl B pedepeHTHOU rpymnmne CoCTaBUIU
129+17,3 MM PT.CT., YTO TOBOPHUT O BEPOSITHOCTH BKITIO-
YeHMS JINII C apTepUaTbHOU THIIEPTeH3UEH, KOTopasl, KaK
W3BECTHO, SIBJISIETCS (DaKTOPOM pHcKa (DOPMUPOBAHMS
pacmmpeHnusT KOpHS aopTHl [1]. OmmcaHHAs CUTyaLusT
ITO3BOJISIET TIPEATIONOXNATh HETOYHOCTh OOIICTIPUHSITHIX
Croco00B.

Hamwu pa3paboTaH HOBBII CITOCOO IMAarHOCTUKM pac-
IIAPEeHUS] KOPHS aOPThI, JTUIICHHBIN YKa3aHHBIX BBIIIIE
HemocTaTKoB [108]. B HacTosIIIee BpeMsT BEIyTCS MCCIe-
JIOBaHUSI IO €TO aIpoOalIlnm.

Bo3moxHoOCTU neyeHus
TakTuka BenmeHus nanueHToB ¢ PKA BritouaeT B ce0st
TeHeTUYeCKOe KOHCYJIBTHPOBaHWE (IIPU OTCYTCTBHU
BBIPAXKEHHBIX OOIIETIPUHATHIX (DAKTOPOB PUCKA, TAKMX
KaK aprepuaibHas TUIEPTEH3MUs, KOApKTallsl aopTHI,
IIBYCTBOPYATHII a0pTaIbHEIN KJIallaH U T.1I.), TIIATeIbHOE

HaOIIfoIeHNe, Ha3HauYeHNE MEIWKAMEHTO3HOM TepaItmiy
(B-6sokaTopsl M GIOKATOPHI PEETITOPOB AHTMOTEH3WHA
I1 (APA)) [109-111], npodriaKTHIeCKOE XUPYPTAIECKOE
BMemaTenbeTBo [112, 113].

Tepanus B-6iokatopamu Obula OOOCHOBaHA B Psile
HUCCeq0BaHUI KaK crocoOcTBylolas 3aMenieHnio PKA
[69, 114-116] u accouuupyeTcs ¢ yBeIMYEHUEM IIPOIOII-
XuTeabHOCTH Xu3HuU [117]. MexaHusm [0 KOHIIA
HE SICeH, HO BEpOSITHEE BCETO OMOCPEIOBaH YMEHBIIIC-
HUEeM (paKIMU BHIOpOCA JICBOTO XEIYIOUYKa, KPOBSHOTO
IABIICHUS W YIapHOTO NABJICHMS, KaXmoe M3 KOTOPBIX
TMOTCHIINAIPHO YMEHBIIACT BIMSHUE HA CTEHKY aOPTHI
[118]. B nureparype ommcaHBI MCCIEOOBAHMS CpEOd
nmeteir ¢ CM 1 MeTa-aHaIM3bI, CTABSIIINAE IO COMHEHHUE
addexkTuBHOCTh Tepanuu [-6mokaropamu [118]. Bonee
TOTO, YacCTh MAIlMEHTOB MMEIOT HETIEPEHOCUMOCTh 3THUX
npenapatoB (25-50% nanuentoB ¢ CM) B CBA3U C HaJU-
qreM OpOHXHMAIBHOM aCTMBI, BCTPEYAIONIYIOCS Y OKOJIO
20% neteit ¢ CM, 1100 B CBSI3M C HEKOHTPOJIUPYEMbIMK
no0oYHBIMI 3(pdeKkTaMK, BKIIOYAsT TOJIOBOKPYKCHUE,
HOYHBIEC KOIIIMaPBI YJIN CITOCOOHOCTh IEPEHOCUTD TOJIBKO
HU3KHWE MOO03BI IperapaToB. Kpome Toro, Tepamus
B-OnokaropamMu He BIUSIET Ha IIPOIIECC, JEXKAIIUN
B OCHOBE (DOPMHMPOBAHMS PACIIMPEHUSI KOPHS aOPTHI
[112, 113-118].

CyIecTBYIOT ITaHHBIC, COTIACHO KOTOPBHIM MHTHOM-
TOPHI aHTHMOTEH3WH-TIpeBpamaroIiero depmenra (AIID)
n APA 3aMemisioT mporpeccupoBaHUe TMIATAIIINA A0PTHI
npu CM [112,119-120]. PacTeT 4mciio moKa3aTeIbCTB
TOTO, 9TO U30BITOYHASI AKTUBAIINSI PpCHUH-aHTHOTCH3MH-
anprnoctepoHoBoil cucteMbl (PAAC) MOXeT y9acTBOBATh
B TaToreHe3e pacmmpeHus aoptel [109]. MHrMOUTOpH!
PAAC Moryr mpeIsiTcTBOBaTh peaim3auni 3(pdeKToB
aroit cucremsbl [109]. APA uarubupytor TGF B u 3amen-
JISIOT JUJIATalliIO aOPTHl B MOJEIN Ha Mbimax [121].

Kak onpenensommii KpUTepuit 11 XUPYPIUIeCKOTOo
BMEIIATEILCTBA BEICTYIIACT YBEJIMUCHIE TUAMETPa aOPTHI
0 KPUTUICCKOTO, CUMIITOMBI aOPTAJIbHOI HEIOCTaTOU-
HocTH 60 auccekums tuma “A” cormacHo CreHdopa-
ckoif Kimaccupukaumu. B GompmmHCTBe ciydacB CM
IHACCEKIIAS a0PTHl MaHU(PECTUPYET KaK OCTpasi CUTYaIIUS
¥ TIOOBEPracTCs XMPYPTUISCKOMY JICUCHHMIO B paMKax
HCOTJIOXKHOM ITOMOIIM, ITO3TOMY IIPUHSATA CTPATEeTHS
pOoGMIAKTIYECKOTO TIPOTE3NPOBAHMS A0PTHI Y MTAIlCH-
toB ¢ CM [17].

[MpodmmakTaeckas 3aMeHa KOPHS a0pTHI IIPUMEHSI -
eTCA IUIS TIPEHOTBPAIlCHUS 3TUX ITOTCHIIMAJIbHO KaTa-
CTPO(UIECKUX a0PTATBHBIX OCIOXHEHMIT, HO ITO-TIPEX-
HEMY CYIIECTBYIOT HEKOTOPHIC CIIOPHI O AWaMeTpe, Ipr
KOTOPOM KOPEHB a0PTHI JOJKEH OBITh 3aMeHeH. B HacTo-
SqIIee BpeMsl B XUPYPTHU IIPUHSITO OPHEHTHPOBATHCS
Ha abcooTHoe 3HaueHue JIKA. B akryaibHOM MexXmay-
HapOOHOM PYKOBOACTBE TOBOPHUTCSI, YTO KOPEHBb AOPTHI
TMOICKUT IIPOTE3MPOBAHMIO, €CIM €Tro auameTp >5,0-
5,5 cMm [122]. Tommaanckoe pykoBoacTBo [123] comepkut
IOIIOJIHUTENIbHYIO CIEeIU(MUKAINIO U 3asBIISICT, YTO
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XUPYPTUYECKOTO BMEIIATEIBLCTBA TPEOYIOT CIICHYIOIINE
curyarun: 1) KA >5,5 cMm, 2) AKA >5,0 cM y mmanmeH-
TOB C CEMEHBIM aHAMHE30M JUCCEKIINU aOPTHI, TMJIaTa-
Y KOPHST a0pThI >0),2 ¢M/TOI YUIH TSDKEJI0H a0pTaIbHOM
WIA MUTPAJIbHOM KJIaIIaHHOM peryprurammei, 3) mpo-
rpeccupylomas TWiaTalrs Wi TuaMeTp oKojio 5,0 cM
B IPYTHX YaCTSIX aOPTHI.

CormacHo pekomenpauusam ESC, mamuentam ¢ CM
XUPYPTAYECKOE JICUeHNE ITOKA3aHO MPY HAJIMYNN aHEeB-
PHU3MBI KOPHS a0PTHI 1 MAKCUMAJTBHOM JHUAMETPE aOPThI
>5,0 cm. Tem He MeHee, BO3MOXHOCTh XHUPYPTHUECKOTO
JICYCHUST Y TaKUX TMALIMCHTOB CIIEAYeT PacCMOTPETh YXKe
IIpY IMaMeTpe aopThI >4,5 cM. Takas XKe TaKTHKa OIIpee-
JIeHa W UIS TAlMEeHTOB, MMEIOIMNX (haKTOPHl PHCKa,
a IMEHHO CEMEIHBI aHaMHe3 IVCCEKIINMU aOPTHI, AVIa-
TaurIo KOPHS aopTH >0,3 ¢M/TOI WX TSLKETYIO a0pTalhb-
HYIO WJIM MUTPAIBHYIO KJIATIAHHYIO PETYpPrUTAIINIO, TUIa-
HHUpYeMYI0 OepeMEeHHOCTS [2].

OnHako, HECKOJIbKO HMCCIICIOBAaHMI ITOKAa3al, 9TO
IVCCEeKIUS M Pa3phiB aOPTHI MOTYT BO3HUKATH HIXKE
STUX MHOPOTOBBIX 3HaueHWi [123, 124]. CymecTByIOT
MaHHBIC, CBUICTEIBCTBYIOIINE O TOM, YTO aOCOIIOTHOE
3HaUYCHHE pa3Mepa aopThl HE MOXET IMPUMEHSITHCS KakK
WHOWKATOp K TIPOTe3MPOBAHUIO aoOpTHL. B mcciemoBa-
uun Eun Kyoung Kim, et al. (2014) tonbko 13% mnanu-
eHToB 0e3 CM, y KOTOPBHIX IPOM3OIILIO pacClocHHUE
aopTHI TUIIA A UMEIU AUAMETP aoOpPThI OOJbIIE 55 MM,
a'y 87% mauKMeHTOB pa3pbiB MPOU3O0LIET IIPU AUAMETPE
KODHS aOpThl MEHEE PEKOMEHIYEMOTO IS XUPYypTrUde-
CKOTO BMeEIIaTeabCTBA, TO €CTh MeHee 55 Mm [125-127].
Puck pacciioerust Tuia A IpoOIOPLHHNOHAILHO 3HAYNMO
YBEJIMUMBACTCS C YBEIMICHUEM THaMeTpa KOPHS aOpTHI,
OIHAKO OHWCCEKIMS aOpPThl MOXET BCTpPEUaThCs WU IIPU
pacliupeHUM aopThl cpegHeil cremenm [128]. Tak,
o pe3ysbpratam ucciaenoBanmii Hiratzka LE, et al. (2010)
y 15% manuenToB ¢ CM auccekuust MPOUCXOAUT MIPU
nuameTpe aopThl MeHee 5 cM [1]. Takke mpu 9TOM MOTYT
OBITh pacCIIMpeHBl APYTde 4YacTH aOpTHI, YTO 4Yallle
He TIposIBIIsIeTcs KiImHudecku [128].
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OBITH TIPUHSITA BO BHUMAaHKE TP OIIPEACICHUN IT0Ka3a-
HUI K oIlepaTUBHOMY JieueHmio [123].

B HaydHOM MUpe BEeayTCA MCCACIOBAHUS, NMCIOIINE
moa co0oil IIeIb BBIABUTH IPU3HAKM, OIPEIEIISIONINE
3JI0Ka9eCTBEHHOE TEUCHME pACIIMpeHUS aopTHl. Tak,
HampuMep, B uccienoBanuu Agg B, et al. (2014) moka-
3aHO 3 Hambosee 3HAYMMEIX ITapaMeTpa, TOMOTAIOIINX
TpeacKa3aTh PUCK TUCCEKITUM aOPTHI y IMareHToB ¢ CM,
a WMCHHO, HalInmyue aTpoPUUIecKMX CTPHUl, YpOBCHB
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